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Monilethrix
By J. MARTIN BElARE, M.D., M.R.C.P.
Department of Dermnatology, Royal Victoria Hospital, Belfast
MONILETHRIX, or "beading of the hair" (Fig. 1)* is a rare inherited abnormality in
the formation of hair. It was first reported by Smith (1879) and named by' Crocker.
The cohdition; is cotnnfonly fa-milial, although isolated non-familial cases have been
recorded;-The scalp'hAir is' usually affected, biut many patients showing monilethrix
of the pubic and axillary hair and of the eyebrows and eyelashes have been seen.
Hyperkeratosis of mouths of follicles is a usual accompaniment, but is not
invariably found. It is, however, present in our family. Other congenital
abnormalities, particularly of teeth and nails, may be associated, but usually
affected people are healthy and their physique good (Cockayne, 1933).
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Numerous cases with a high familial incidence have been reported, e.g.,
Sabouraud (1892) reported 17 cases in five generations, McCall Anderson (1883)
reported 14 patients out of 27 members of five generations, Van Leeuwen
(1928-1929) reported 14 out of 42 affected in three generations, and Tomkinson
(1932) reported 22 affected in five generations of one family. Some authors have
noted improvement after X-ray epilation. Ingram (1934) performed X-ray
epilation three times in his case; each produced temporary cure, more prolonged
after the third than after the first. He considered, however, that permanent cure
was unlikely on further treatment even if it was feasible.
*Figs. 1, 3, and 4 are on the central art insert.
98In our family three of seven children are affected with this condition which has
been inherited through the father. The paternal grandfather is known to have been
affected. The family tree, showing how the condition has been handed down, is
reproduced in Fig. 2.
CASE HISTORIES.
1. S. R., born 25th March, 1956.
This child has dark hair which is quite normal, and was 2-3 inches long at
age 6 weeks.
2. M. R., born 25th December, 1954.
This child had fine dark hair about one inch long at the age of 3 weeks:
this then broke off and has not regrown. However, beaded hairs were
no'ticed at birth by the mother. At about the age of 3 weeks the scalp became
rough. The child now shows a uniform monilethrix with associated keratosis
follicularis, and none of the hairs are more than half a centimetre long.
Practically all show beading, and in most cases this can quite easily be
seen with the naked eye. The eyebrow hairs are of different lengths, but
beading cannot be made out. The eyelashes are sparse, but beading cannot
be seen here either. The skin elsewhere is normal. Nails, teeth, and eyes
are normal. The hair is light brown in colour (Fig. 3).
3. S. R., born 20th February, 1952.
This child has fair hair and is quite normal.
4. W. R., born 17th July, 1950.
The mother says that this child's history is exactly the same as that of his
sister M. The condition was not obvious until the age of three weeks. He
has light brown hair, with uniform beading over the whole scalp. There is
marked keratosis follicularis. There are only a few stumps representing the
eyelashes and the eyebrows show hairs of irregular shape and length. The
skin elsewhere, nails, eyes, teeth, etc., are normal (Fig. 3).
5. S. R., born 17th May, 1949.
This child's hair is dark and is normal.
6. D. R., born 2nd July, 1941.
This child (Fig. 4) has monilethrix of exactly the same pattern as his'brother
and sister. He has light brown hair. X-ray epilation was carried out on
11th July, 1955; this was followed by a regrowth of monilethrix hairs exactly
as before.
7. J. R., born 25th April, 1937.
He has dark hair and is quite normal.
Mother: Her hair is medium brown in colour and is quite normal.
Father: He has suffered from monilethrix from birth and his hair is light
brown in colour.
Comment: The degree of monilethrix, the colour of the hair and the presence
of keratosis follicularis are all exactly the same in each affected person. In none
is there any other associated defect.
99Tlhe blood groups of the family are:
S. R. (1956)-Blood not examined.
M. R. (1954)-A1; M -N + S -; R2r ; Le(a) -; P- (affected)
S. R. (1952)-A1; M + N + S -; R2r ; Le(a) +; P-
W. R. (1950)-A1; M-N + S-; R1R1; Le(a)-; P- (affected)
S. R. (1949)-A1; M-N + S ;R1R2; Le(a) ; P-
D. R. (1941)-A1; M + N + S-; Rr ; Le(a) +; P- (affected)
J. R. (1937)-A1; M + N + S ; R2r ; Le(a); P-
Mother -O ; M-N + S -; R1R_; Le(a)-; P-
Father -A1; M + N + S-; Rr ; Le(a)-; P- (affected)
Comment: There is no sign of linkage.
Conclusions : This family is reported because of the clinical interest in this rare
condition and also because it is an example of a very regular dominant gene
expression.
I wish to thank Professor Stevenson and his staff for their great help in investigating this
family and for preparing the family tree. Mr. D. McA. Mehaffey was responsible for Fig. 1
and Mr. F. G. Wood for Figs. 3 and 4.
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Fig. 1 (bottomn left)-A halir showing ''beading.'"
Fig. 3 (top) NI. R. (righit) andl \W. R. (left).
Fig. 4 (bottom riglht)- D. R. (aged 14 Vears).